A 67-year-old man presented with progressive quadriplegia. Magnetic resonance imaging (MRI) revealed spinal cord compression by a thickened dura ventral to the cord from C3 to C7. The lesion was isointense on both T1-and T2-weighted images, and showed contrast enhancement on T1-weighted gadorinium-enhanced images. A diagnosis of idiopathic hypertrophic spinal pachymeningitis was confirmed histologically after anterior decompression and fusion. Only partial excision was achieved. Marked improvement of the quadriplegia was attained only after steroid therapy. At the 3-month follow-up, the patient was able to walk with a cane. The affected site showed no remission on MRI despite continuous steroid therapy. At the 2-year follow-up, the patient could walk independently.
INTRODUCTION
Hypertrophic spinal pachymeningitis is a rare disease with non-specific symptoms. It may be idiopathic or secondary to other diseases. The main feature is chronic inflammation/hypertrophy of the dura.
CASE REPORT
In February 2003, a 67-year-old man presented with a 4-month history of progressive lower-limb weakness and a 3-month history of disturbances to his hand movements and gait. On presentation, he was unable to walk. He had a history of hypertension, diabetes mellitus, and hyperlipidaemia. A neurological examination revealed severe quadriplegia and bilateral positive Babinski signs, numbness and hypoaesthesia below the C5 level. His manual muscle test scores below the level of the deltoid were <3 bilaterally, he could not maintain a standing position and had lost sensation of the urge to urinate or defecate. He was conscious, had normal vital signs and no cranial nerve abnormalities.
Blood tests revealed elevation of his white blood cell count (10 400 µl), C-reactive protein (0.9 mg/dl), and erythrocyte sedimentation rate (77 mm/hour). Serological testing was positive for rheumatoid factor (34I U/ml), but negative for anti-neutrophil cytoplasmic antibody, human T-cell lymphotrophic virus type 1 antibody, and syphilis. His serum 1 antibody, and syphilis. His serum antibody, and syphilis. His serum angiotensin converting enzyme levels were normal.
Radiographs of his spine revealed no abnormalities. Magnetic resonance imaging (MRI) revealed spinal cord compression by a thickened dura ventral to the cord from C3 to C7. The lesion was isointense on both T1-and T2-weighted images, and showed contrast enhancement on T1-weighted gadolinium-enhanced images (Fig. 1 ). An epidural abscess or tumour was suspected, but a definitive diagnosis was not established.
The patient underwent anterior decompression of the C3 to C7 one month later. no evidence of either an abscess or tumour was found. The dura mater was found to be thickened and adherent to the posterior longitudinal ligament. Total excision of the lesion was attempted, but only partial excision was achieved. Fusion was performed from C3 to T1 with a cervical plate, using the autologous fibula (Fig. 2) .
Histopathological examination revealed hypertrophic collagenised tissue with infiltration by lymphocytes and chronic inflammatory cells (Fig.  3) . neither bacteria nor any other pathology was found. A diagnosis of idiopathic hypertrophic spinal pachymeningitis was made.
Postoperatively, the patient was still unable to walk, despite an improvement in his finger movements and the muscle strength of all limbs. He was commenced on prednisolone, initially 60 mg/day, tapered to 15 mg/day. At the 3-month follow-up, the patient was able to walk with a cane and his bladder and rectal function had improved. nonetheless, the affected site showed no remission on MRI despite continuous steroid therapy (Fig. 4) . At the 2-year follow-up, the patient could walk independently, and his bladder function had returned to normal. Unfortunately, the patient died of a stroke half a year later.
DISCUSSION
Chronic hypertrophic pachymeningitis of the spine is caused by inflammation of the dura mater. Common sites of involvement are the cervical and thoracic spines, and several levels are usually affected.
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The dura may show general or focal hypertrophy and it usually occurs in the dorsal part. 5 Clinical progression can be divided into 3 stages: local and radicular pain progressing to nerve root compression then to spinal cord compression. 6 Hypertrophic spinal pachymeningitis should be considered in the differential diagnosis for patients with spinal cord compression and radicular pain in ≥3 nerve root levels. 7 In cranial idiopathic hypertrophic pachymeningitis, the male-to-female ratio is 3:2, and though the patient age ranges from 14 to 75 (mean, 61.8) years, most patients are in their seventh decade. 8 In spinal idiopathic hypertrophic pachymeningitis, the gender and age distribution (range, 15-77 years) is similar, but the mean age is lower (46 years). 3 The aetiology of idiopathic hypertrophic pachymeningitis is unknown, although various diseases, such as Wegener's granulomatosis, 9 metabolic diseases, 10 and meningococcal meningitis, 9 and autoimmune mechanisms 16 have been suggested as underlying causes. In our patient the condition was considered idiopathic. Although his serum rheumatoid factor titres were slightly elevated, he had no clinical evidence suggestive of rheumatoid arthritis (such as arthralgia or articular swelling). nor did he satisfy the diagnostic criteria for any connective tissue disorders.
MRI is the most useful diagnostic modality for investigating this condition. The border of the affected area in idiopathic hypertrophic pachymeningitis is usually hyperintense, and the lesion is hypointense on T2-weighted images. The hypointense signal is attributed to the dense fibrous tissue, and the hyperintense signal to inflammatory infiltration or hypervascularity. 17, 18 A diagnosis of hypertrophic spinal pachymeningitis should be considered when hypertrophic dura is seen on contrast-enhanced images. 1 Nonetheless, it is difficult to differentiate the disease from an epidural abscess or a spinal tumour based on imaging alone. Early surgical decompression is the primary treatment. The hypertrophic dura should be removed to the maximal extent possible, 1 but it is difficult to excise the lesion from the ventral portion of the spinal cord. Therefore, steroid therapy, radiotherapy and administration of cyclophosphamide are also recommended, but their efficacy remains unclear.
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Idiopathic hypertrophic pachymeningitis can be divided into (1) those with inflammatory signs including fever, an increased erythrocyte sedimentation rate, leukocytosis, and increased serum C-reactive protein, and (2) those without signs of inflammation. The former has a worse prognosis than the latter. 3 The response to corticosteroid treatment varies according to the type of dural enhancement. 20 Patients with linear dural enhancement show better responses to corticosteroid therapy than those with nodular enhancement. The course of the disease follows one of the 3 patterns: (1) sustained remission, (2) relapse with corticosteroid resistance, or (3) relapse with corticosteroid dependence. Pulse corticosteroid therapy usually provides significant relief and reduces the daily corticosteroid dose, thus avoiding its side-effects, especially in corticosteroid-dependent patients with relapses. 20 
